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Conclusions
Introduction
Amyotrophic Lateral Sclerosis (ALS) is the most common motor neuron disease with an annual incidence in Europe of approximately 2 per 
100,000. As the average disease duration from clinical onset is 3 years, prevalence is estimated at 6 per 100,000. In 90-95% of cases ALS
occurs sporadically while 5-10% of cases are familiar. The etiology of sporadic ALS is unknown, but it has been hypothesized that 
interactions can occur between genetic, environmental, and age-dependent risk factors.
The Tuscany Registry of Rare Diseases (TRRD) was set up in 2005; it involves all public health centers in Tuscany for data collection. The 
TRRD is part of the Italian Network for Rare Diseases leaded by the Italian Health Institute.
Age-standardized prevalence and incidence in the 2005-2009 
period were calculated. 
Survival analysis was carried out by Kaplan-Meier method on 
cases observed in the 2000-2009 period. 
Analysis was performed by Stata v.10.
Methods
In the period 2005-2009, 282 new cases with definite 
ALS was collected by the Tuscany Registry of Rare 
Diseases, 234 of whom resident in Tuscany (122 men, 
112 women). 
The standardised average annual incidence in the study 
period was 1.20/100,000, ranging from 0.63/100,000 in 
2009 to 1.99/100,000 in 2006; the incidence rate 
amongst patients aged 60-79 assumed the highest value 
(average incidence: 3.53/100,000). 
On 31 December 2009, the standardized prevalence was 
5.36/100,000 (5.87/100,000 the highest value in 2007). 
Survival rates at 1, 2, 3, 4 and 5 years after the onset 
were 86%, 70%, 58%, 48% and 44%, respectively.
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Incidence and prevalence of ALS in the Tuscany population were lower compared to other populations and the survival 
was longer than previously reported. 
Registration and surveillance of ALS and other rare diseases, other than for epidemiological purposes, allow to assess
the performance in diagnosis and cure by the public health system.
RTDC
Results
Age-standardize prevalence of ASL (2005-2009)Age-standardized incidence of ASL (2005-2009)
To improve knowledge on prevalence, incidence, and survival of 
ALS persons in Tuscany region.
Objective
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   Interval     Total   Deaths   Lost    Survival    Error     [95% Conf. Int.] 
------------------------------------------------------------------------------- 
    0     6       384       24      9     0.9368    0.0125     0.9071    0.9572 
    6    12       351       28     16     0.8603    0.0180     0.8207    0.8917 
   12    18       307       25     15     0.7885    0.0215     0.7427    0.8271 
   18    24       267       31      8     0.6955    0.0246     0.6444    0.7408 
   24    30       228       19     16     0.6355    0.0260     0.5820    0.6840 
   30    36       193       15     17     0.5838    0.0271     0.5287    0.6348 
   36    42       161       18     19     0.5144    0.0284     0.4574    0.5685 
   42    48       124        8     19     0.4785    0.0291     0.4204    0.5342 
   48    54        97        2     20     0.4675    0.0295     0.4088    0.5240 
   54    60        75        4     14     0.4400    0.0308     0.3790    0.4992 
   60    66        57        5      7     0.3989    0.0329     0.3342    0.4627 
   66    72        45        2      7     0.3797    0.0340     0.3131    0.4459 
   72    78        36        0     10     0.3797    0.0340     0.3131    0.4459 
   78    84        26        0      7     0.3797    0.0340     0.3131    0.4459 
   84    90        19        0      3     0.3797    0.0340     0.3131    0.4459 
   90    96        16        0      4     0.3797    0.0340     0.3131    0.4459 
   96   102        12        0      3     0.3797    0.0340     0.3131    0.4459 
  102   108         9        0      5     0.3797    0.0340     0.3131    0.4459 
  108   114         4        0      3     0.3797    0.0340     0.3131    0.4459 
  114   120         1        0      1     0.3797    0.0340     0.3131    0.4459 
Survival analysis of ASL cases (2000-2009)
20-39 2 950897 0.21 0 933128 0 1 929123 0.11 0 921052 0 0 921052 0
40-59 17 1029530 1.65 21 1037992 2.02 8 1051831 0.76 3 1063594 0.28 7 1063594 0.66
60-79 35 811774 4.31 46 822795 5.59 28 832442 3.36 22 843550 2.61 15 843550 1.78
80+ 6 240591 2.49 11 248179 4.43 7 255751 2.74 2 261735 0.76 3 261735 1.15
Total 60 3032792 78 3042094 44 3069147 27 3089931 25 3089931
SR
Crude 
Rate
Legenda: Rates x 100,000 inhabitants
2007 2008 2009
Cases Population Rates Cases Population
Age 
groups
2005 2006
Cases PopulationRates Cases Population Rates
1.63 1.99 1.07 0.64 0.63
Rates Cases PopulationRates
1.98 2.56 1.43 0.87 0.81
20-39 4 950897 0.42 3 933128 0.32 4 929123 0.43 3 921052 0.33 3 921052 0.33
40-59 50 1029530 4.86 68 1037992 6.55 61 1051831 5.80 55 1063594 5.17 53 1063594 4.98
60-79 90 811774 11.09 120 822795 14.58 134 832442 16.10 138 843550 16.36 124 843550 14.7
80+ 19 240591 7.90 27 248179 10.88 29 255751 11.34 22 261735 8.41 24 261735 9.17
Total 163 3032792 218 3042094 228 3069147 218 3089931 204 3089931
SR
Crude 
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Legenda: Rates x 100,000 inhabitants
2007 2008 2009
PopulationPopulation
Age 
groups
2005 2006
Cases RatesCases Population Rates Cases Population
6.60
Rates
5.18
Rates Cases PopulationRates Cases
4.42 5.80 5.87 5.56
5.37 7.17 7.43 7.06
MONTHS
